SUMMARY A 2j-year-old boy presented with an illness resembling glandular fever. He was found to have T-cell deficiency with lack of red and white cell purine nucleoside phosphorylase enzyme activity. A spastic tetraparesis was noted. The patient subsequently died of a malignant lymphoma of the B-immunoblastic type.
During the last 8 years two types of inborn defects of immunity, each of which has a genetically-determined biochemical basis, have been elucidated.' Purine nucleoside phosphorylase (PNP) and adenosine deaminase (ADA) are enzymes in the purine salvage pathway. PNP catalyses the reversihle conversion of inosine into hypoxanthine, of guanosine into guanine, and of xanthosine into xanthine. Lack of ADA is associated with severe combined immunodeficiency; but lack of PNP appears to cause a variable and progressive degree of predominantly T-but also B-lymphocyte dysfunction. 
